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Answer

1. (a) Sagittal (b) Axial T2W I s h ow ing a h ypointe ns e
(flow  void) are a w ith in pos te rior fos s a at th e  m idline
draining into Ve in of Gale n re pre s e nting ane urys m al
dilatation of th e  fe e ding and draining ve s s e ls . Th is  is
as s ociate d w ith  dilatation of ve ntricular s ys te m
re pre s e nting h ydroce ph alus . (c) Axial T1 Pos t con-
tras t T1W I s h ow ing e nh ance m e nt of th e  ve s s e ls .
(d) Ve nogram  s h ow ing arte riove nous  m alform ation
w ith  fe e ding ve s s e l and draining ve in.

2. Ve in of Gale n Ane urys m al Malform ation.

3. Angiograph y.

4. Ope n s urge ry, Endovas cular tre atm e nt and Ste re o-
tactic radios urge ry. VP Sh unt if as s ociate d w ith  h ydro-
ce ph alus .

Discussion

Ve in of Gale n m alform ations  (VGMs ) are  rare  conge nital
de fe cts  of ce re bral ve s s e ls . Th e y cons titute  up to 30%
of intracranial vas cular m alform ations  pre s e nting am ong
pe diatric patie nts . Th e y are  form e d be tw e e n th e  6th

and 11th  w e e k  of ge s tation. Th e  m alform ation is  due
to th e  pre s e nce  of one  or m ore  arte ro-ve nous  fis tulas
dire cting blood flow  tow ard th e  dilate d, pe rs is te nt
proxim al m e dian pros e nce ph alic ve in. Clinical s ym p-
tom s  de pe nd on th e  s iz e  of arte rove nous  flow . Th e
m os t com m on one s  include : ante natal de ve lopm e nt
of h igh  output h e art failure , brain h ypope rfus ion and
h ydroce ph alus .
Ultras ound is  a bas ic e xam ination m e th od allow ing for
diagnos is  of VGMs . MRI te ch niq ue  h as  re ce ntly be com e
a clinically valuable  com ple m e ntary m e th od and is
h igh ly value d allow ing for pre cis e  de te rm ination of th e
s iz e  of ve ntricular s ys te m , pre s e nce  of e le vate d intra-
ve ntricular pre s s ure , topograph ic re lations h ips  be tw e e n
path ological ve s s e ls  and particular brain s tructure s  as
w e ll as  th e  pre s e nce  of infarcte d and is ch e m ic are as .1

Angiograph y re m ains  th e  gold s tandard in full ch arac-
te ris ation of th e  le s ion. It e nable s  to individually
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cath e te ris e  fe e ding ve s s e ls . Ve nous  drainage  is  via
th e  m e dian pros e nce ph alic ve in (MPV), th e  s traigh t
s inus  (if pre s e nt) and th e n out via th e  trans ve rs e /
s igm oid s inus e s . By de finition th e re  s h ould be  no
drainage  to oth e r com pone nts  of th e  de e p ve nous
s ys te m .2

Re ce nt advance s  in th e  fie ld of inte rve ntion ne uro-
radiology h as  ch ange d th e  tre atm e nt and prognos is
of ch ildre n w ith  VOGAM. Th e rape utic options  available
include  no tre atm e nt, ope n s urge ry, e ndovas cular
tre atm e nt, and s te re otactic radios urge ry. Th e  th e ra-
pe utic options  s h ould be  individualiz e d w ith  cons ide ra-
tion of age , clinical m anife s tation of th e  le s ion and th e
angioarch ite cture . Endovas cular tre atm e nt h as  im pro-
ve d th e  re s ults  of tre atm e nt in re ce nt ye ars . Th e
trans arte rial approach  is  pre fe rre d and m ore  e ffe ctive
in controlling th e  s ym ptom s .3

Prognos is  in VGMs  de pe nds  on tw o m ain factors . Th e
firs t one  is  th e  s e ve rity of h e art failure , w h ich  is  dire ctly
re late d to th e  s iz e  of arte rove nous  s h unt, and th e
s e cond is  th e  e xte nt of ce re bral is ch e m ia caus e d by
incre as e d ve nous  pre s s ure  and s o-calle d ce re bral
s te al.4


